TO THE EDITOR: Hairy cell leukemia (HCL) is a rare B-cell neoplasm of middle age. Pancytopenia, particularly monocytopenia, splenomegaly, and hairy cells in the bone marrow represent the classical triad of HCL \[[@B1][@B2]\]. Splenomegaly accounts for 80--90% of associated features in HCL \[[@B3]\]. The bone marrow aspirations of HCL patients frequently show dry tap due to marrow fibrosis induced by hairy cell \[[@B4]\]. However, careful examination of diluted cytology preparations is useful because of the characteristic morphology of the hairy cells \[[@B3][@B4]\]. The exact prevalence of atypical presentation of HCL is difficult to be determined because most cases were published as incidental reports. Herein, we present an atypical case of HCL with only arthralgia but no typical symptoms such as splenomegaly and bone marrow fibrosis. This report of an atypical presentation of such a rare disease could lead to earlier recognition and diagnosis of HCL, even without a classical clinical presentation.

A 43-year-old Saudi woman was incidentally found to have leukopenia for 3 months. She had a history of arthralgia, but neither other significant complaints nor remarkable findings on physical examination. The initial complete blood count revealed a hemoglobin concentration of 10.6 g/dL, white blood cell count of 1.95×10^9^/L, platelet count of 110×10^9^/L, absolute neutrophil count of 0.82×10^9^/L, monocyte count of 0.02×10^9^/L, and lymphocyte count of 1.07×109/L. On peripheral blood smear, a few atypical cells with oval nuclei and hairy circumferential cytoplasmic projections were observed. On bone marrow aspiration, there were many abnormal medium-sized lymphoid cells with oval nuclei, homogenous, ground glass chromatin, inconspicuous nucleoli, and abundant cytoplasm with hairy projections similar to those observed in the peripheral blood smear ([Fig. 1](#F1){ref-type="fig"}). Trephine biopsy revealed the typical fried egg appearance of hairy cells with no increased fibrosis. Immunophenotyping revealed the population expressing CD19, CD20, CD22, CD25, CD103, CD11c, FMC7 and HLA-DR ([Fig. 2](#F2){ref-type="fig"}) with kappa chain restriction. The patient was diagnosed with HCL and referred to a tertiary care hospital for further evaluation prior to administration of purine analogue and cladribine chemotherapy.

Arthralgia can occur at any time during the course of the disease, unrelated to the tumor burden \[[@B2]\]. Most HCL cases, without splenomegaly, are associated with a hypocellular marrow \[[@B3]\]. The absence of both splenomegaly and marrow fibrosis suggested that this patient may be in the early phase of the disease. Since arthralgia can present during any phase of HCL, this finding did not oppose this suggestion. It is important to distinguish HCL, requiring different therapeutic protocols, from other chronic B-cell neoplasms with circulating villous cells such as splenic marginal zone lymphoma (SMZL) or HCL variant (HCL-V) \[[@B5]\]. In immunophenotypic assay, HCL-V cells are negative for CD25 and ANNEXIN 1, and SMZL cells are negative for CD25, CD103, and CD11c \[[@B6]\]. Like this, confirming immunophenotypic characteristics is helpful in differential diagnosis and selecting therapeutic options \[[@B7]\]. Especially, the BRAF V600E mutation, recently identified as a characteristic biomarker of HCL, could be incorporated on a routine diagnostic work-up of HCL in the near future \[[@B8]\]. Although these sophisticated diagnostic methods are available, this case report highlights the importance of basic morphological examination for diagnosis of atypical HCL.
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